A 33-year-old female patient, previously healthy, presented with a four-month history of dyspnea on exertion, which evolved into orthopnea and dry cough. 
Cutaneous manifestations are multiple, with a preference for skin folds, eyelids, retroauricular region, neck, axilla, umbilical and anogenital area. 3 Petechiae and ecchymoses are caused by the deposit of the protein in blood vessels. Bilateral eyelid ecchymosis, also known as raccoon eyes or raccoon sign, is a highly characteristic sign of amyloidosis, but can also be observed in cases of skull base fracture. 4 Protein infiltration into the dermis leads to the formation of yellowish nodules with a greasy surface. Macroglossia and periorbital purpura are described in about 15% of cases. 2 Carpal tunnel syndrome, alopecia, and sensitivity changes may also be found.
Biopsy is essential for the diagnosis and should be performed, whenever possible, in the affected organ. The aspiration of abdominal subcutaneous fat or bone marrow can be performed.
Congo red staining is the gold standard for diagnosis, 5 demonstrating amyloid fibrils with apple-green birefringence. Systemic involvement, specific organ function, as well as cell dyscrasias or lymphomas should be investigated. 2, 5, 6 There is no standard treatment for the condition. Treatment centers on suppressing the anomalous protein production and providing life support. Prognosis is reserved and cardiac involvement implies in worse evolution. Chemotherapy and transplantation of the affected organ, melphalan, and autologous stem cell transplantation have all been used with variable results.
1,2
The unspecific clinical picture, the high mortality rate, difficulty in biopsying an internal organ, and the heterogeneous skin lesions highlight the role of a trained dermatologist and the importance of a skin biopsy for the accurate diagnosis of this entity. q
